Peutz-Jeghers syndrome is an autosomal dominant condition characterized by mucocutaneous pigmentation and gastrointestinal hamartomas. Though hamartomas are not thought to be premalignant, a number of authors have found an excess rate of gastrointestinal malignancy':", as well as an excess of malignancies at other sites. We describe a patient with Peutz-Jeghers syndrome, and outline a management approach aimed at minimizing the risk of malignancy, based on an evaluation of 72 Peutz-Jeghers patients".
Case report
A 19-year-old adopted male presented with anaemia in 1982, and was found to have Peutz-Jeghers syndrome. Endoscopic removal of gastro-duodenal polyps was performed in 1984, laparotomy/enterotomy for intussusception in 1986, and further screening upper gastrointestinal endoscopy in 1988. The latter revealed two gastric polyps measuring 25 mm and 8 mm and five duodenal polyps up to 15 mm in size-all of which were removed endoscopically. A 5 mm sigmoid polyp and a 6 mm polyp at the hepatic flexure seen at colonoscopy were electrocoagulated. A barium small bowel follow through examination (1989) revealed four polyps in the distal jejunum, all less than 10 mm in size (Figure 1 ). Physical examination is currently normal, apart from mucocutaneous pigmentation visible around the lips. Planned follow up for this patient will include 2nd yearly 'top and tail' endoscopies (upper gastrointestinal endoscopy and total colonoscopy) and small bowel follow through examinations. Laparotomy and peroperative enteroscopy will be performed should the patient become symptomatic or the small bowel polyps grow to larger than 15 mm.
Discussion
Analysis of 72 Peutz-Jeghers patients registered with the Polyposis Registry at St Mark's Hospital reveals that malignant tumours have occurred in 16 8 , the majority of which arose in the gastrointestinal tract. All gastrointestinal tumours were fatal, the average age of death being 36 years. Tumours were distributed throughout the gastrointestinal tract, with the exception of the oesophagus (stomach 3, duodenum 1, duodeno-jejunal flexure 2, jejunum 1, pancreas 1, colon 2including one patient with both colonic and jejunal cancers). Non-gastrointestinal tumours encountered were ovarian, fallopian tube, thyroid, lung and a basal cell carcinoma (one each).
Tumour associations with Peutz-Jeghers syndrome reported by others are bilateral breast cancer", ovarian sex cord tumours (with and without precocious puberty)9·10, adenoma malignum (a rare form of cervical cancer)10, and feminizing Sertoli cell testicular tumours in pre-pubertal boysll,12.
Examination of areas at risk, direct questions with regard to abdominal pain and rectal bleeding may help diminish these risks.
